Examination of the bleeding time, coagulation time, capillary resistance test, erythrocyte sedimentation, blood-count, and blood-Wassermann reaction shows nothing abnormal in the present case.
The developmental fragility of the skin and its blood-vessels was first notice(d when the patient was 7 years old. There is no family history of anything of the kind.
Ehlers-Danlos Syndrome.-W. N. GOLDSMITH, M.D.
M. E., female, aged 16. Present condition. She shows the characteristic flaccid, papery, purplish scars on her knees and elbows and also on her legs. On her right knee is a hemispherical dull purple, soft nodule about 1 cm. in diameter. It can be partiallv reduced on pressure. Just above and below the knees and elbows the pilosebaceous orifices are prominent. The skin of the face and arms is somewhat looser than normal but it does not amount to a true " cutis laxa ". The joints of the limbs are all somewhat over-extensible. This is best seen in the case of the thumbs. No spherules could be felt. In other respects clinical examination revealed nothing abnormal.
Investigations.-Platelet count 220,000 per c.mm. Bleeding time 3 minutes 40 seconds. Clotting time 1 minute 39, seDonds. The blood-count was in other respects also normal. Wassermann reaction negative.
Rumpel-Leede test on her arm did not produce an abnormal number of petechi4, i.e. failed to reveal increased fragility of the blood-vessels.
History. Her parents cannot remember when the scars on her knees and elbows appeared. She has always bruised easily, and was said to have been born wAith rickets. She said that she was in hospital some years ago for purpura. In 19.27/28 she had abscesses on her knee and arm.
Family history.-Her two brothers and one sister are normal. Of her father's eleven brothers the fifth has had a similar affection. The mother's family are all unaffected.
Ehlers-Danlos Syndrome. JOHN LOWE, M.D. When I first saw this girl, who is aged 9, I noticed she had an unusual deformity in the elbowA, and clinical examination suggested it might be congenital superior radio-ulnar synostosis. This was confirmed by X-ray examination. On further examination we found three of the four typical features of Ehlers-Danlos syndrome (1) She had marked laxity of the skin especially over the elbows and knees and between the scapulae.
(2) One point in her history was characteristic. She had fallen down in 1936 and had split the skin right across the patella, exposing the patellar ligament, and was in hospital for three weeks. This long delay in healing is well known, and the surgeon made a note at the time that there was a great amount of effusion. That is also described as characteristic. The typical " cigarette-paper" appearance of the scars on the skin was well shown.
(3) The hyperflexibility of the joints was marked. I think most of you noted the comparative ease with which the patient put her arm behind her back and touched her ear Mwith her fingers, and then she took her heel and touched her umbilicus with it. As regards the fourth feature described in the syndrome-the spherules-for myself I have not been able to find them, but one member thought he could feel a small one over the tibia.
As far as I have been able to ascertain from the literature, this is the first case which has Ehlers-Danlos syndrome combined with congenital radio-ulnar synostosis.
The radio-ulnar synostosis was bilateral and of the first degree. Abolut 5000 of cases are bilateral and three degrees are described. First, where there is a union between the radius and the ulnar at the coronoid fossa; secondly where there is no head of the radius; and thirdly where the head of the radius is dislocated either anteriorly or posteriorly.
The girl has a sister about 12 years of age, who is not affected. There appears to be no history of any other member of the family being affected.
Dr. PARKES WEBER: I recently read in a French paper of a case of Ehlers-Danlos syndrome associated with a very striking trigeminal vascular naevus. I have no doubt that such associations of the Ehlers-Danlos syndrome with other developmental dysplasias will be more frequently recorded. M. P., a girl aged 10, has had the present eruption for about six years. It appears to produce no symptoms, and her general health is unaffected. Scattered irregularly over the trunk are a number of dry scaly lesions, which look exactly as if hot coins of different sizes had been applied to the skin, and had left these marks. The margin is verv sharp, and the affected area appears atrophic.
Case for
No fungus could be found, and culture yielded only a " scanty mixed growth of Staph. albus and aureus ".
Biopsy (Dr. Muende): " The epidermis is slightly thinned and shows considerable folding. The upper half of the corium is very cedematous and the bundles widely separated, with a peculiar fluffy appearance of the collagen, but there is no increase in the cellular elements. Atrophic skin with no special characteristic signs."
Discussion.-Dr. PARKES WEBER: I think that the abnormal patches of skin in this child are a kind of morphceic atrophodermia, allied to morphoeic sclerodermia. An abnormality of the epidermis is present over the patches in this patient. [Dr. Parkes Weber, on later consideration (April 17, 1939) feels convinced that his suggestion at the meeting is wrong and that the case is really one of disseminated porokeratosis Mibelli, i.e. hyperkeratosis centrifuga atrophica, with little horny projections on the atrophic skin of the largest area.] Dr. GOLDSMITH: I think that it is a localized ichthyosis. The centres of the patches look typically ichthyotic, and the rest of her skin is abnormally dry. But the very sharp demarcation of the patches is quite extraordinary. I feel it is a developmental atrophy, related to ichthyosis.
Dr. I. MUENDE: Histological examination revealed a thinning of the epidermis. On removing the tissue it wrinkled very much, like crepe paper, and although stretched before it was sectioned, it was still very wrinkled. The only visible change seen microscopically was in the tips of the papillae where there was a considerable amount of cedema and a peculiar fluffy appearance of the collagen.
? Xantho-Erythroderma Perstans.-J. E. M. WIGLEY, M.B. C. A. R., an apparently healthy man, aged 44, has had thpresent eruption for as many years as he can remember. The eruption itches intensely and appears from time to time on different parts of the body. Duration of individual lesions seems to vary, an average being about six months. The distribution is symmetrical on both upper arms, both buttocks, and outer sides of thighs; to a lesser degree on the legs and chest. The lesions are of a yellowish-pink colour which fade on pressure and are about a quarter of an inch broad. They consist of irregular gyrate figures having a sharply defined edge on the convex side and fading more indefinitely on the concave side. The lesions are scaly and this is made more apparent by gentle scratching. At no time have they been moist or oozing.
Wassermann reaction negative. Biop8y (Dr. I. Muende): Histological examination revealed slight acanthosis associated with lengthening of the rete pegs. In two small areas there was marked intercellular cedema with intra-epidermal immigration of a few polymorph and
